Special Imaging Casebook
especially neonatal presentation of autosomal dominant polycystic disease, glomerulocystic disease, and syndromic hepatorenal cystic diseases such as Jeune syndrome and Meckel syndrome.
1
ARPD occurs with various phenotypes depending on the relative predominance of renal and hepatic manifestations. 2 The entities called neonatal, infantile, and juvenile polycystic kidney disease and congenital hepatic fibrosis with renal tubular ectasia are not discrete diseases but various phenotypes of ARPD. 2 The disease usually has a characteristic renal presentation in the neonatal period. The kidneys have a reniform shape but are grossly enlarged. They contain cysts, most of which are minute, although cysts in the deep portions of the kidney may be slightly larger. 3 Glomerular cysts, which are common in autosomal dominant polycystic disease, are absent. Glomerular cysts are also common in glomerulocystic disease. 3 Infants with neonatal ARPKD may die in the neonatal period because of oligohydramnios-induced pulmonary hypoplasia. 2 If renal function is adequate to allow survival, arterial hypertension, renal failure (often occurring at adolescence), and portal hypertension due to congenital hepatic fibrosis may be seen. 2, 4 Hypertension and hepatic disease are uncommon in infants presenting in the neonatal period with autosomal dominant polycystic disease. 5 The appearance of the liver in ARPD is that of biliary dysgenesis. All patients with ARPD have histologically abnormal livers. 2 Biliary dysgenesis is manifest as dilatation of ducts and proliferation of ducts around the portal vein, 1 as seen in this case. Symptoms due to liver involvement are uncommon in neonatal presentations of autosomal dominant polycystic disease and almost always include peripheral ''liver'' cysts not related to the portal triads.
1 Biliary dysgenesis and Caroli disease have similar histologic and gross pathologic appearance. 1, 6 However, a precise diagnosis of Caroli disease can only be made when cholangiography allows demonstration that the periportal cystic structures are cystically dilated bile ducts. Approximately 50% of patients with biliary dysgenesis develop portal hypertension because of congenital hepatic fibrosis. 1 The sonographic appearance of the kidneys in ARPD is that of enlarged reniform kidneys that are strikingly echogenic because of the microscopic cysts. The cortex is usually more sonolucent and compressed than the medulla. 2 The sonographic appearance of the liver in ARPD in the neonate is variable (Figure 2 ). Proliferating bile ducts around portal triads, sharply demarcated portal veins because of fibrosis, and evidence of portal hypertension may be present. 2 The liver, however, may be sonographically normal. Biliary dysgenesis is identified pathologically as cysts around the portal vein. This same appearance has been called the ''central dot'' sign and is typical of biliary dysgenesis of ARPD. 6 
